A two-month-old boy, born to consanguineous parents, presented with high grade fever for 5 days. On examination he was febrile, pale with generalized hypo pigmentation of skin and hair, hepatosplenomegaly and cervical lymphadenopathy. He had a past history of recurrent respiratory tract infections. Splenomegaly of 2.5 cm was noted at birth. Complete blood count-total count 3.1 9 10 3 /ll, haemoglobin 7.4 g/dl, and platelet count 24 9 10 3 /ll. Primary blood and urine cultures were sterile. Peripheral smear showed pancytopenia with large eosinophilic inclusions in the lymphocytes (Fig. 1) . Bone marrow revealed large coarse azurophilic granules in the cytoplasm of many of the myeloid precursors and mature granulocytes including eosinophils (Figs. 2, 3) .
Erythrophagocytosis was evident in the marrow histiocytes (Fig. 4) . Serum iron was 28 lg/dl, ferritin[2000 ng/ml and triglycerides were 325 mg/dl. With the presence of six of the eight diagnostic criteria for HLH being present i.e. fever, splenomegaly, pancytopenia, hypertriglyceridemia, hyperferritenemia and haemophagocytosis in the bone marrow, a diagnosis of Chediak-Higashi syndrome with haemophagocytic lymphohistiocytosis (accelerated phase) was made. The child was treated with IV ceftriaxone and vancomycin. However his condition deteriorated and he expired.
Chediak-Higashi syndrome (CHS) is a rare, autosomal recessive disorder that affects multiple systems of the body mainly the immune system [1] . The clinical manifestations of CHS in accelerated phase include high fever, neurological abnormalities, lymphadenopathy, hepatosplenomegaly, pancytopenia, abnormal giant granules in peripheral blood and bone marrow, lymphohistiocytic infiltration in liver, spleen and lymphnodes [2] .The only treatment is allogenic haematopoietic stem cell transplantation (HSCT). The prognosis is poor [3] . 
